In the present paper it will be reported that an immaturity of the kidney basing upon the renal biopsy findings may be responsible for the development of the idiopathic type of the de Toni-Debre-Fanconi syndrome in an infant.
CASE REPORT
T. M., an 11-month-old boy, born at full term weighing 3,460 g. His parents are healthy but consanguineous. He is an only child.
Mother's pregnancy and delivery were uneventful. He was reared on a full cream dried milk. At the age of about 3 months he began to complain of occasional bouts of fever, vomiting, irritability, thirst, and profuse sweating on the head. Since 9 months of his life he had wanted to drink all right, but had taken no interest in solid food.
On admission, he, aged 11 months, was unable to sit up, turn over, or stand without support. He was poorly nourished, weighing 6,260 g. His facial expression reminded us of "renofacial dysplasia"2.3) (hyperterolism and low position of the ears). No abnormalities were found on the chest and abdomen, but there was a generalized muscular hypotonia. The physical examination was otherwise negative.
The red cell count was 5,660,000 per cubic millimeter, the hemoglobin 12 g/dl, hematocrit 36%, the white cell count was 12,050, the differential count revealed eosinophils 2%, lymphocytes 70%, monocytes 5% and neutrophils 23% without nuclear shift to the left. The blood platelet count was 131,250 per cubic millimeter, bleeding time three minutes, and the red cell fragility was 0.46%-0.28% of saline.
The urine was positive to glucose (identified by paperchromatography), but The blood chemical ingredients: Blood sugar was 90 mg/dl, Na 128 mEq/ L, K 5.4 mEq/L, Cl 109 mEq/L, Ca 8.7 mg/dl, P 2.9 mg/dl, bicarbonate 16 mEq/L, total protein 7.0 g/dl, N.P.N. 20 mg/dl, and alkaline phosphatase 6.7 B.L.U. The normal response to oral glucose loading was observed in the blood sugar curve.
Liver function: Meulengracht was 5 U., Takata's reaction negative, BSP retention 0% in 30 minutes, thymol turbidity test 1.2 U., serum glutamic oxalic transaminase 41U., and serum glutamic pyruvic transaminase 20 U.
Rentgenograms showed no evidence for ricket at the end of long bones, but generalized osteoporosis in a slight degree. The intravenous pyelography revealed double kidneys on the left side.2,3)
Retardation of the mental development was marked, indicating I.Q. of 55. Repeated ophthalmologic examination revealed no abnormalities.
Clinical course: The patient was subjected to clinical observation during about two years without being given any special medical treatments. As was shown in Table II , the clinical symptoms began to improve at the same time as an improvement of renal acidosis4,5) -an increase in urinary acidity as well as Renal biopsy findings : The first biopsy was made in Stadium II when he was at the age of 1 year and 8 months, and the second biopsy in Stadium III when he was 2 years and 6-month-old (cf. Figs. 2 & 3) . Microscopically the first biopsied specimen revealed a "picture of under-developed glomeruli" which were characteriz ed by a reduced number in the glomerular capillary tufts and a thickening of the mesangium. The proximal convolution did not show any abnormality confirmable by histological examinations. Nor was the tubular quantity reduced in reference to the number of glomeruli observed in the biopsy specimen. The second biopsy revealed a normal picture of the kidney. In both the specimens there were no evidences for nephritis, nor degenerative changes in the tubular epithelium. 1) The one is based upon "the morphological immaturity" of the glomeruli, which was actually demonstrated in our own case. This finding would be taken as a morphological manifestation related to a "more or less generalized disturbance in renal function" -not only a glomerular dysfunction but also a tubular dysfunction.
This assumption seemed to be not unreasonable, because we have recently experienced a case of infantile renal acidosis, in which any morphological changes in the tubular epithelium of the biopsied kidney were not found.
2) The other answer may be drawn from the investigations of Rubin,2) and Barnett et al.13) These authors reported that GFR/RPF was higher in prematures and young infants than in full-term infants and older children respectively. If the glomerular features observed in our case are considered as a kind of severe glomerular immaturity, G.F. in our own case would, as it did, be so elevated, that a "relative deficiency" of tubular function would ensue. The other case Clay et al.'s20) case was a 46 year-old woman and there was,o n autopsy, a structural abnormality characterized by a short and thin proximal tubule which was joined to the glomerulus by a narrow swan-like neck and the ; glomerulus itself was found, as they stated, to be normal in structure and shape.
Respecting the infantile case with the idiopathic type of the de Toni-Debre Fanconi syndrome, there have been no reports dealing with renal biopsy itself sot to say of renal autopsy findings. This may be due to that fact that, as de Toni21) had pointed out, there were the cases of the idiopathic type of this illness in which, despite the grave manifestations shown in infancy, clinical recovery did take place (unexpectedly) and old age was reached as opposed to the cases with cystinosis. 
CONCLUSIONS

